Dr Louis Forman: The histological changes show more acute changes in and around the small blood vessels than would be expected with simple blockage from a deposit of cryoglobulin. The histories of some similar cases suggest that the episodes of cutaneous signs and systemic reactions, including rigors, become more severe during the course of the disease. Is there evidence of autoimmune antibody formation to the gel of cryoglobulin? This would explain the systemic reactions.
Dr Sheppard: No antibodies have been demonstrated in the cryoglobulin of this patient.
In cases of cryoglobulinxmia renal involvement by the cryoglobulin may be a serious complication as, although the renal temperature is normal, gelling in the kidney does occur. In this case there has been an increase of blood urea and the creatinine clearance is at the lower limit of normal so that probably the kidneys are involved.
The plasmapheresis is done twice weekly at present in an attempt to maintain the steady state or to obtain further reduction of cryoglobulin; initially it was done intensively each day to reduce the level.
Dr D E Sharvill: In the case of cryoglobulinmmia shown by me to this Section (1962, Proc. roy. Soc. Med. 55, 320) the globulin was so thermolabile that it was missed unless the blood was taken into a warm syringe and the serum separated in an incubator. A few moments at room temperature caused precipitation. Also, that patient noticed that her symptoms were worse in warm weather. Dr S S Bleehen: In May 1966 Dr M Johnson presented at a meeting of this Section a patient with cryoglobulinxmia. This elderly woman has had for the past ten years purpuric lesions on the hands and legs, which occur soon after exposure to the cold. Like the case shown today, she too develops new purpuric lesions even in the summer and the characteristics of her cryoglobulins appear to be very similar. Over the past four years the level of her cryoglobulins has almost doubled in amount, but she still is quite well and is now aged 79.
Lipoid Proteinosis K V Sanderson FRCP (St George's Hospital, London S WI)
Girl aged 41 years History: The child's lower lip was first noticed to be abnormal at the age of 13 months after she had fallen over and injured it with her lowei incisors. As the inside of the lip healed, it became thickened, and the thickening has persisted and spread. She has had a husky voice since she had a bad cold and laryngitis at about the age of 12 months. The hoarseness is getting worse. She is not sensi-tive to sunlight but gets pitted scars on her face after trivial injury.
Family history: The parents are first cousins. There is no other member of the family with similar symptoms.
On examination: There are pale plaques to be seen or felt under the mucosa of the lips and cheeks, most noticeable on the lower lip. The longest is a little thickened. There are small yellowish papules on the eyelid margins. The skin of the nose and cheeks has pitted, flat or linear scars. The voice is so husky as to be almost aphonic. Laryngoscopy under anesthesia showed oedematous vocal cords in March 1969 and a normal-looking larynx in August 1969 (Mr A Pereira).
Investigations: Biopsy from the lower lip showed hyaline eosinophilic, periodic acid-Schiff staining material deposited throughout the dermis. It was predominantly perivascular, and was particularly heavy in the pars papillaris. It also involved the orbicularis oris muscle. Staining for fats could not be done. The findings are those of lipoid proteinosis.
Screening tests for porphyrins were negative. Patchy Alopecia, Anhidrosis, Eccrine Gland Wall Hypertrophy and Vasculitis I Sarkany FRCP (Royal Free Hospital, London WCJ) Man aged 54. A Lithuanian labourer This patient was shown at the Section of Dermatology twenty months ago (Sarkany 1969) with painful ulcers on the heels and pinkish-white bald patches on the chest, arms, forearms, hands and scalp. He admitted to some recent loss of sweating and loss of potency.
On neurological examination, there was nothing to suggest a neuropathy affecting somatic fibres or any other neurological disturbance. Apart from the sweating disturbance and the history of loss of potency, there were no symptoms suggestive of a more widespread autonomic neuropathy. His circulatory reflexes were found to be normal.
Investigation showed complete absence of sweating from the oval bald patches on the limbs and chest (Fig 1) even following thermal stimulation and electrophoretic or intradermal introduction of pilocarpine. Histologically, these I~~~F ig I Starch-iodine paper showing complete absence of sweating over two circular patches (X) corresponding exactly to size ofthe skin lesions patches showed grossly hypertrophic sweat coils surrounded by a dense lymphoreticular infiltrate (Fig 2) and, in parts, the sweat coils were tightly sleeved bv this infiltrate. There was a similar histology in the material from the ulcer on the foot showing in addition ulceration and evidence ofnecrotizing vasculitis affecting the small vessels. Immunocytochemistry based on direct staining of cryostat sections with fluorescent anti-IgG, IgA, IgM, albumin and anti-P1 C was carried out.
The results suggested that the diffuse fluorescence which was seen was due to trapped globulin rather than to the presence of antigen-antibody complexes.
Examination of the marrow, lymphangiography and many other investigations were essentially unhelpful.
Progress and Comment
During the past twenty months there has been gradual extension of the bald anhidrotic patches on the arms, legs and trunk. Repeated studies have shown absence of sweating and numerous biopsies have yielded exactly similar changes of hypertrophic sweat glands and vasculitis on the feet. Clinically, the ulceration of his feet has improved with bed rest and small amounts of systemic steroids.
It has been thought possible that the sweat gland wall hypertrophy could be secondary to the inflammatory changes around the sweat ducts. However, no evidence of reticulosis has appeared and there is no tangible proof of autoimmune changes. It is suggested that the patchy alopecia, the extraordinary sweat gland changes and vasculitis form a true syndrome. REFERENCE Sarkany I (1969) Proc. roy. Soc. Med. 62, 157 Dr H W Chadfield: I would seriously consider a diagnosis of leprosy in this case. The large macular, somewhat speckled, hairless and anhidrotic lesions are suggestive of this diagnosis and one of the patches which I examined showed anaesthesia to light touch. I thought his ulnar nerves were thickened and the histology is granulomatous and not inconsistent with this diagnosis. Dr Anne Maguire: I have seen a patient similar to the one described. He was a manual worker and had to wear rubber gloves. The first thing he noticed was the development of anhidrosis of the palmar surfaces of the hands and this is what brought him to our attention. He also had patchy alopecia and bilateral chronic ulceration of the heels. Later it was discovered that the patient did have Hansen's disease.
Dr Sarkany: The possibility of Hansen's disease was also raised by Dr G H V Clarke, when the patient was first shown here in 1968. However, there has never been any clinical or histological evidence of leprosy. Dr Maguire: Perhaps in two years' time Dr Sarkany will return and tell us that this patient has Hansen's disease.
